A 38-year-old man came to the ear, nose and throat clinic with a slow-growing left cervical mass. He had undergone laparotomy and excision of a functioning paraganglioma above the right adrenal gland when he was eight years old. At the age of 12, he underwent left adrenalectomy due to a functioning paraganglioma. When he was 25, he underwent a craniotomy because of a capillary haemangioblastoma of the cerebellum. On examination, a hard round pulsatile mass, 4 cm in diameter was detected in the region of the left carotid artery. Computed tomography (CT) of the neck revealed a highly vascular mass in the region of the left carotid artery bifurcation ( figure) . Angiography with embolization of the proximal artery supplying the mass was performed. The patient was then operated on under general anaesthesia, and the mass was removed. The postoperative period was uneventful. 
A 38-year-old man came to the ear, nose and throat clinic with a slow-growing left cervical mass. He had undergone laparotomy and excision of a functioning paraganglioma above the right adrenal gland when he was eight years old. At the age of 12, he underwent left adrenalectomy due to a functioning paraganglioma. When he was 25, he underwent a craniotomy because of a capillary haemangioblastoma of the cerebellum. On examination, a hard round pulsatile mass, 4 cm in diameter was detected in the region of the left carotid artery. Computed tomography (CT) of the neck revealed a highly vascular mass in the region of the left carotid artery bifurcation (figure). Angiography with embolization of the proximal artery supplying the mass was performed. The patient was then operated on under general anaesthesia, and the mass was removed. The postoperative period was uneventful. The association of multiple tumours arising from the central nervous system and abdominal viscera characterises the Von HippelLindau disease which is an autosomal dominant disorder.5 Cerebellar, spinal cord and retinal haemangioblastoma may be detected, as well as cysts of the kidney, the pancreas, the liver and the epididymis. An increased frequency of hypernephroma, pancreatic cancer and phaeochromocytoma is also found.5
The family history in the present case, revealed that the mother and four brothers had suffered from phaeochromocytomas. They were all afflicted with unilateral disease and did not suffer from any other of the associated features. Two of them died from complications of the disease.
Discussion
The association of phaeochromocytoma and cerebellar haemangioblastoma has been recognised for more than 20 years6'7 and is typical of Von Hippel-Lindau disease. Cerebellar haemangioblastoma is found in about one third of the patients,8 and when it is associated with phaeochromocytoma in the same patient, its symptoms will usually appear several years after those of phaeochromocytoma.9 The term phaeochromocytoma has been used with reference to tumours of the adrenal medulla which is the largest paraganglion in the body, and to functioning tumours of the extraadrenal paraganglion system.4
Carotid body tumours are uncommon, and arise from cells in the carotid bodies which function as chemoreceptors. These cells belong to the paraganglion system which is associated with the autonomic nerve ganglia and the cranial nerves.4 Carotid body tumours are considered histologically benign, although they may induce local or distant metastasis. They usually appear in the form of a slow- In the present case, the only manifestation in the other members of the afflicted family was a unilateral phaeochromocytoma. This phenomena should alert physicians to the possibility that an isolated lesion, ie, a phaeochromocytoma, a haemangioblastoma or a carotid body tumour may serve as an initial clue to the diagnosis of Von Hippel-Lindau disease. A complete evaluation of the patient and the other members of his family is then required. Screening for phaeochromocytoma should include measurements of plasma and urine catecholamines and plasma chromogranin-A, a CT-scan or magnetic resonance imaging (MRI) of the abdomen, and a meta-iodobenzylguanidine (MIBG) scintigraphy." Brain MRI, ophthalmoscopy and ultrasonography of the testes, should be performed for detection of any other possible lesion which may occur in Von Hippel-Lindau disease. 11"12 This will enable early detection and treatment of afflicted patients. Genetic counselling is also recommended.
Final diagnosis
Carotid body tumour in a patient suffering from Von Hippel-Lindau disease.
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